We have therefore studied post-shunt survival and the incidence of portal-systemic encephalopathy in patients with primary biliary cirrhosis. The influence of the histological stage of the disease on prognosis and the applicability of Child's method of assessing operative risk in such patients are discussed.
Primary biliary cirrhosis may present with variceal haemorrhage due to portal hypertension.' This was thought to represent a late stage of the disease and indicate a poor prognosis.2 However, Zeegan et aL. demonstrated that portal hypertension could develop early and that only a quarter of their patients who presented with variceal haemorrhage showed nodular regeneration of the liver. A further report described five patients who survived long periods after shunt surgery and suggested that primary biliary cirrhosis was a good risk disease for such operations.3 Larger studies of the results of shunts in cirrhotic patients have included patients with primary biliary cirrhosis but have failed to show improved survival in this group.4
We have therefore studied post-shunt survival and the incidence of portal-systemic encephalopathy in patients with primary biliary cirrhosis. The influence of the histological stage of the disease on prognosis and the applicability of Child's method of assessing operative risk in such patients are discussed.
Methods

PATIENTS
Twenty-five patients with primary biliary cirrhosis had portal-systemic shunt surgery. Twenty patients (nos. 9, 11, 13, 17 ) the test was not performed, although these patients fullfilled all the other criteria for the diagnosis of primary biliary cirrhosis. Liver biopsies were performed on all patients at the time of surgery; 20 patients had established cirrhosis and five patients were precirrhotic. All patients had had at least one variceal haemorrhage and varices were demonstrated by endoscopy and coeliac axis angiography or splenic venography. Hepatosplenomegaly was present in all patients. Nineteen patients (nos. [1] [2] [3] [4] [5] [6] [7] [8] [9] [10] [11] [12] [13] [14] [15] [16] [17] [18] [19] had end-toside portocaval anastomosis and the remainder a mesocaval shunt using a Dacron interposition graft.7 Six patients were shunted electively and the remainder during the same admission as their variceal haemorrhage. The shunts were performed by two surgeons, K E F Hobbs and P George.
Patients have been followed-up for a mean of 51 months (range one to 192 months). The presence of encephalopathy has been assessed clinically and One patient with a previous duodenal ulcer had a recurrence of ulcer haemorrhage five years after the shunt. This was treated with cimetidine.
POST-SHUNT ENCEPHALOPATHY
All the patients who died in the postoperative period had severe encephalopathy from the time of operation till death. At one and four years none of the surviving patients had severe chronic encephalopathy (Table 2) . At one year 7/18 (39 %) patients had EEG evidence of mild encephalopathy and, at four years, 3/11 (27 %) had mild encephalopathy. Dietary protein restriction was prescribed in eight patients and lactulose in nine patients.
Discussion
Primary biliary cirrhosis is a progressive fatal disease of unknown aetiology. The name primary biliary cirrhosis is a misnomer, as cirrhosis develops late in the disease.'2 9 Portal hypertension is common and variceal haemorrhage has generally been associated with a poor prognosis. However, portal hypertension may develop early in the disease before cirrhosis has developed and is attributed to infiltration of the portal tracts with inflammatory cells.9 10 Portal hypertension is thought to be presinusoidal 23 We thus conclude that portal decompression may be the treatment of choice in patients with primary biliary cirrhosis and portal hypertension who suffer repeated variceal haemorrhages. 
